The left panel depicts the cartoon representation of the crystal structure of ApUbiA in the substrate bound state. The bound substrates are highlighted as yellow sticks. In the right panel, the residues are shown in cyan, which were analyzed by Cheng & Li (2014). They demonstrated for the ApUbiA protein that mutations of these interacting residues result in an almost complete loss of activity, indicating that this is the main catalytic site of the enzyme. These residues have not been involved in human diseases so far. It can be speculated that homozygosity for mutations in this region are incompatible with life.
Supplemental Figure 2
Sequence alignment of the ApUbiA protein with the human COQ2 sequence. Highlighted are the crucial amino acids of the ApUbiA protein (cyan). The patient-related COQ2 mutations causing a severe phenotype are highlighted with a red box (see also 
